Introduction {#sec1-1}
============

**What was known?**

ILVEN is a rare form of epidermal nevus with an early age of onset with predilection for trunk and lower limb.

Inflammatory linear verrucous epidermal nevus (ILVEN) is a rare form of epidermal nevus. It usually presents in childhood as an itchy linear plaque resistant to treatment. It is commonly found over buttocks and lower limbs. ILVEN in perineum and vulva is very rare. We hereby report two cases of ILVEN, one over the perineal region of a 24-year-old male and the other over the left vulva of a 4-year-old child, for its rarity and difficulties in diagnosis.

Case Reports {#sec1-2}
============

Case 1 {#sec2-1}
------

A 24-year-old male presented with a pruritic, macerated plaque mostly over left perineal region since the age of 5 years with intermittent flare-up and remission. The lesion extended from the perineal region to the scrotum and inner aspect of left thigh \[[Figure 1](#F1){ref-type="fig"}\]. Thorough examination revealed no other abnormality anywhere in the body. Family history was not significant. Histopathology revealed hyperkeratosis with a characteristic alternating orthokeratosis, hypergranulosis with parakeratosis and agranulosis along with upperdermal lymphocytic infiltrate \[[Figure 2](#F2){ref-type="fig"}\]. Diagnosis of ILVEN was thus made and treated with topical corticosteroid without any long term benefit.

![Adult with ILVEN over left perineum](IJD-58-158f-g001){#F1}

![Photomicrograph(×400, H and E stain) showing HPE of ILVEN in adult](IJD-58-158f-g002){#F2}

Case 2 {#sec2-2}
------

A four year old girl presented with a severely pruritic scaly pigmented plaque over the left vulva since birth. It gradually extended to the groin, perineum, and gluteal region on the same side \[[Figure 3](#F3){ref-type="fig"}\]. Cutaneous and systemic examination did not reveal any other abnormality. Histopathological examination was suggestive of ILVEN \[[Figure 4](#F4){ref-type="fig"}\]. She was treated with topical calcipotriol with marked improvement.

![Child with ILVEN over left vulva](IJD-58-158f-g003){#F3}

![Photomicrograph(× 400, H and E stain) showing HPE of ILVEN in child](IJD-58-158f-g004){#F4}

Discussion {#sec1-3}
==========

ILVEN is a rare variant of epidermal nevus. Clinically it presents as pruritic, verrucous, linear, plaque with an early age of onset and is resistant to treatment.\[[@ref1]\] In half of the cases the onset is in the first 6 months of age\[[@ref2]\] and almost all are present by the age of 4 years.\[[@ref1]\] The ages of onset in our cases were at 5 years (Case 1) and at birth (Case 2). ILVEN most commonly occurs over the lower limb with a predilection for the left buttock.\[[@ref1][@ref2]\] Although literature search showed that inguino-genital presentation is very rare, both our cases presented with same. There have been further case reports of a 21-year-old male who had linear verrucous plaque over left side of body along with the involvement of penis and scrotum\[[@ref3]\] and another male presenting with linear epidermolytic verrucous epidermal nevus over scrotum.\[[@ref4]\] Surprisingly both of our cases had left sided lesions.

Histopathology of ILVEN is remarkable with columns of hypergranulosis, orthokeratosis alternating with agranulosis and parakeratosis with a dermal inflammatory infiltrate.\[[@ref2]\] Both our cases showed strikingly similar histopathological features.

ILVEN over inguino-genital region is often misdiagnosed as candidiasis because of the macerated look, wart,\[[@ref4]\] psoriasis\[[@ref5]\] or even eczema.\[[@ref5]\] Our first case was being treated for candidial intertrigo for long duration before visiting us. Likewise, the child was being treated as eczema with a waxing and waning course. Hence, a histopathological examination of doubtful persistent lesions should be carried out.

Epidermal nevus is sometimes associated with abnormalities of other systems mainly neurological, skeletal and ocular, giving rise to the epidermal nevus syndrome.\[[@ref2]\] We did not get any systemic involvement in our small series, although it has been rarely reported with ILVEN.

Treatment of ILVEN is disappointing. Topical therapies like corticosteroid,\[[@ref6]\] tretinoin and 5- fluorouracil,\[[@ref7]\] calcipotriol\[[@ref8]\] have been tried with variable results. Systemic retinoid have also been tried.\[[@ref9]\] Surgical excision is done in refractory cases.\[[@ref10]\]

The purpose of reporting these two cases is that, ILVEN should be suspected in persistent pruritic genital lesions not only in children but also in adults and biopsy be carried out for confirmation of diagnosis. The preponderance of left sided lesions in both of our cases as also reported in other studies could be studied further.

**What is new?**

ILVEN can have a late onset.Rare presentation over perineum and vulva.Predilection for left side may be investigated further.
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